A 39-year-old woman with a past history of Rendu-Osler-Weber disease of 16 years was referred to our unit to evaluate hepatic involvement. Previous pulmonary arteriovenous malformations were treated with embolization. It is known that recurrence of pulmonary arteriovenous malformations (VMs) requires a new treatment modality. On physical examination no skin lesions were found. Laboratory parameters were normal. Ultrasound imaging findings were: Dilation of hepatic artery (diameter 12 mm), tortuous intrahepatic structures, tubular parallel structures to the portal branches and a shunt between hepatic artery and left portal vein. Spleen size was normal (Figs.
DISCUSSION
Hereditary haemorrhagic telangiectasia (HHT), or Rendu-Osler-Weber disease, is an autosomal dominant vascular disorder of the fibrovascular tissue that is characterized by widespread mucocutaneous telangiectasia and VMs that commonly occur in the pulmonary, hepatic and cerebral circulations. Hepatic involvement is found in up to 41-84 % patients (1) and it is represented by a spectrum of vascular abnormalities, which evolve from tiny telangiectasias to substantial vascular malformations, which may progress to larger arteriovenous shunt. Symptoms of hepatic VMs generally do not occur before the age of 50. Strong and significant predominance of VMs in female patients has been observed. The majority of patients are asymptomatic, however, symptoms related to these lesions can include: Heart failure, portal hypertension and biliary disease, reflecting different patterns of vascular involvement. Diagnosis of liver involvement in HHT can be made by Doppler-colour ultrasound in asymptomatic patients and seems to provide a favourable argument for screening for liver VMs (2). Imaging findings include (1-3):
− An increased diameter of the hepatic artery (> 7 mm). − Tortuous intrahepatic tubular structures. − Tubular structures parallel to the portal branches representing dilated arterial branches. − Vascular shunts. Doppler-US screening should be performed in asymptomatic patients and angio-TC or angio-RM should be performed to detect VMs in other organs or if high quality ultrasound is not available (2) .
No treatment is recommended for HHT patients with asymptomatic liver involvement. In HHT patients with symptomatic liver disease a multidisciplinary approach for management and treatment is required. Invasive treatments aims to reduce the shunt by surgical ligation or transarterial embolization, however both treatment approaches should
